Abstract
Introduction

Histiocytosis includes heterogeneous conditions, and is classified based on its origin, Langerhans' cell histiocytosis (LCH) or non-Langerhans' cell histiocytosis. ErdheimChester disease (ECD) is categorized with non-Langerhans' cell histiocytosis, and is histologically characterized by accumulation of lipid-laden foamy macrophages
. These foamy macrophages are positive for CD68, but negative for CD1a or S100. In contrast, LCH is a disease of the dendritic cell lineages, positive for CD1a and S100 (2) Radiographs of knee joints showed several osteolytic and partially osteosclerotic lesions (Fig. 1A) . Similar findings were also observed in his proximal and distal tibia. Magnetic resonance imaging (MRI) of the knee revealed destruction of the anterior femoral and tibial cortex with the contrast enhancement, suggesting that there was bone necrosis and cell infiltration (Fig. 1B) . Technetium99m bone scintigraphy showed bilateral and symmetrical increased uptake in the systemic bones, especially in the distal femurs and proximal and distal tibias (Fig. 1C) (Fig. 2A) . Immunohistochemistory staining revealed that these foamy cells were positive for CD68, but negative for CD1a or S100, which were consistent with ECD ( Fig. 2A) . In addition, several aggregations of CD1a-positive Langerhans' cells were also observed among the foamy macrophages (Fig. 2B) . Based on the clinical features and morphologic characteristics, we considered that ECD was the main disorder rather than LCH. Therefore, we started to treat him with interferon alfa, at a dose of 3×10 6 ma t o x y l i n a n d E o s i n s t a i n i n g a n d CD6 8 ,  CD1 a , a n d S 1 0 0 s t a i n i n g o f f o a my c e l l s ( × 1 0 0 ) . B : He ma t o x y l i n a n d E o s i n s t a i n i n g a n d CD1 a s t a i n  i n g o f t h e d e n d r i t i c c e l l a g g r e g a t e s ( × 1 0 0 
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IU subcutaneously three times a week, and zoledronic acid (4 mg/body) (7, 8). For diabetes inspidus, desmopressin spray was started to control polyuria. His condition remains generally well after three months of the therapies.
Discussion
ECD is a rare form of non-Langerhans' cell histiocytosis, and to date about 350 cases of ECD have been described in the medical literature. Bone and joint pain is the most common feature of ECD, and extraskeletal lesions develop in half of the patients. Extraskeletal manifestations include central nervous system, cardiovascular system, retroperitoneal infiltration, interstitial lung disease, and exophthalmos (1). The clinical courses of ECD depend on the involved organs, and in particular involvement of the central nervous system and cardiovascular system results in a poor progno-
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